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Blue rubber bleb nevus syndrome

AKA Bean syndrome

Multifocal venous malformations

Skin, soft tissues, and gastrointestinal tract

Gastrointestinal lesions are more clinically relevant 
bleeding  patients are chronically anemic

Most cases are sporadic

Familiar: TIE2/TEK, located on 9p21-22
TIE2 signaling pathway crucial for angiogenesis and 
vascular maturation

Johar FM et al. International Journal of Surgery Case Reports 2020
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Sturge-Weber Syndrome

• Encephalotrigeminal angiomatosis

• Neurocutaneous disorder

• Capillary malformation

• Distribution of the trigeminal branches

• Leptomeningeal angiomatosis

• Cerebral hemiatrophy (steal phenomenon) 
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Infantile Hemangioma

• Benign endothelial tumor of infancy
• Not present at birth
• Appear a few weeks later with rapid growth -
• proliferative phase (Phase I)

• Regress slowly beginning at age 2-5 -
• involuting phase (Phase Il)

• Typically completely regress by late childhood -
• involuted phase (Phase III)

• Glut-1 positive
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Congenital Hemangioma

• Rare benign vascular tumors

• GLUT-1 negative

• Present and fully formed at birth

• RICH: Rapidly Involuting Congenital Hemangioma

• NICH: Non Involuting Congential Hemangioma

• PICH: Partially Involuting Congenital Hemangioma

• Non-specific imaging features



M, 1yo



M, 1yo



Nodular Fasciitis 

• Nodular hypercellular growth of fibroblasts and 

myofibroblasts

• Myxoid changes are often present

• Debated neoplastic nature 

• Solid or cystic, depending on the predominant 

stromal elements

• Subcutaneous space or deep

• Round or ovoid, fascial tail sign
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Kaposiform Hemangioendothelioma

• Borderline vascular tumor

• Ill-defined, invasive, fat stranding

• >50% associated with Kassabach-Merritt 

syndrome
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0.44 x  10-3 mm2/s
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1.92 x  10-3 mm2/s
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0.90 x  10-3 mm2/s
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0.58 x  10-3 mm2/s
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• Most neck masses in children have some preference for specific locations, which can help in the 

differential diagnosis

• There is substantial overlap across different entities, and some are typically transpatial

• The modality of choice for the study of head and neck masses in children is MR imaging, with 

dedicated protocols

• Correlation of key findings with the clinical context is often enough to reach a 

precise radiological diagnosis

• Radiologists need to be familiar with the most recent nomenclature of pediatric head and neck 

masses

Take home messages
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